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Pompe disease and ophthalmopathy: literature review
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Large number of ophthalmological problems has been found in patients with glycogenosis type 11 (Pompe disease, PD). Since enzyme replace-
ment therapy (ERT) has been introduced ophthalmic examination in the routine follow-up gained a special role in infantile-onset Pompe
disease and prolonged survival. Currently a number of cases with ophthalmic disorder as the first sign of PD is known. Histopathological fea-
tures of glycogen deposits in various eye structures has been described. Current review summarizes PubMed data on ophthalmopathy in PD.
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Bonesns [Mommne (BI1, OMIM 232300 — ORPHA 365),
nmm rmkoreHo3 I tuna (GSD 11, glycogen storage disease),
OTHOCWTCS K HACJIEACTBEHHBIM JIM30COMAILHBIM OOJIE3HIM
HaKOTUIEHUs BCIENCTBUE Aeduunta ¢hepMeHTa o-TIIo-
ko3unassl (GAA, acid a-glucosidase). BI1 — opdannoe 3a60-
JIeBaHME C ayTOCOMHO-PEIIECCUBHBIM TUTIOM HACJIEIOBAHUSI,
UIS JIeYeHUST KOTOpOo Obuia pa3padoTaHa (hepMEHTHAS 3aMe-
cturenbHas Teparust (3T, ERT, enzyme replacement therapy).
B 2006 1. 66110 TIOJTyYeHO pa3pellicHre Ha IPUMEHEHHUe pe-
KOMOWHAHTHOI a-TJTIoK03u1a3bl B EBporie, Kak e IMHCTBEH-
HOTO Tperapara Jyisi aliueHToB, crpafatomx bI1.

B Hacrosiiieil pabote mpeActaBieH 0030p JOCTYITHBIX
B PubMed KIMHMYECKMX Y TUCTOIOTMYECKMX TAHHbIX, XapaK-
TepHbIx 1151 BIT. KitoueBbiMU cioBamMu Py MOKUCKE COOTBET-
CTBYIOIIEH JMTEpaTyphl ObLIW: plosis — strabismus — optic
neuropathy — retina — Pompe disease — acid maltase deficiency.

KnuHu4eckue npusHaku oymanbMonamuu

OCHOBHBIMU KJIMHUYECKUMU MPU3HAKAMU O TATBEMO-
natuu nipu BIT gBagiorcs crpadbusm u nTo3, HamboJee
BEPOSITHO CBSI3aHHBIE C MBILIIEYHOU CIa00CThIO [NTa30IBU-
raTeJbHBIX MBI W MBIIIbI, TOIHUMAIOIIENH BEpXHEE
BeKo. B Tabs1. | cyMMUpOBaHbI ONMUCAHHBIE KTUHUYECKUE
cayJau.

1Imos3

MuoreHHbI NITO3 SBJSIETCS PE3YIBTATOM JIOKATbHOTO
1 TeHepaJIM30BaHHOTO MbIlIeyHoro neduunra. CoxpaH-
HOCTb (DyHKITUY MBI, TTIOMHUMAIOIIEl BepXHee BEKO,
OTpPaxXaeT KOJUYECTBO MHTAKTHBIX MBIIIIEYHBIX BOJIOKOH.

ITTo3 mpu BII BcTpewaeTcs yaine u 6oJiee BbIpaXeH
y neteii. Bce n3BecTHbIE cilyyau NTo3a y AeTei XxapakTepu-
3YIOTCSl IBYCTOPOHHEW CMMMTOMATUKOM, TOrJa KakK JBY-
CTOPOHHMI TITO3 Y B3POC/IbIX OMMUCAH JIUIIb B | ciiydae.

* Les cahiers de myologie 2014;11:22—24.
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Tadomua 1. Cumnmomsr opmansmonamuu npu eauxoeerose Il muna (6oaes3nv Ilomne)

Smith u coast., 1972 (CLLA)
[1]

Libert u coaBr., 1977 (benb-
Tus) [2]

Goebel u coasrt., 1978 (Iepma-
Hus) [3]

Barnes u coasr., 1993 (Benu-
KoOpuTanus) [4]

De Wilde u coasr., 1995 (Hu-
nepranist) [5]

Groen u coaBr., 2006 (Hunep-
saHsl) [6]

Ravaglia u coasr., 2007 (HUta-
) [7]

Yanovitch u coasnr., 2010
(CLIA) [8]

Slingerland u coast., 201 1(Hu-
nepaanasl) [9]

Chien u coaBr., 2014 (TaiiBaHb
& CILIA) [10]

Groen u coaBr., 2006 (Hunep-
JtaHzbl) [6]

Ravaglia u coasr., 2007 (MUta-
) [7]

Ravaglia u coasr., 2010 (MTa-
ams) [11]

Yanovitch u coasnr., 2010
(CLIA) [8]

Yanovitch u coasnr., 2010
(CIIA) [8]

Masbuuk, 3 roga

Mauibuuk, 4 Mmec

Mainbuuk, 9 mec

KennuHa, 45 et

XKeniuHa, 33 et

Kenmmna, 37 et

Kenuuna, 46 net

PebeHok

Manbuuk, 4,5 roga

Masbuuk, 7 JeT

12 B3pOCIIBIX CPETHETO
BO3pacra: ot 25 10 67
JIeT

22 B3pocnbix (1 xeH-

IMHA)

28 B3pOCIIBIX

30 MIaneH1IeB

7 B3pOCIbIX (6 KeH-
IIMH, 1 My>XunHa)

CrpabusM (330Tporusi)

Her npusHakoB nopaxeHusi opraHa 3peHus. bu-
ONCHST KOHBIOHKTUBBI: BKIIOUEHUS TIINKOTeHA

C YJABTPACTPYKTYPOWA, UIEHTUYHOM TOW, YTO
ObL1a OOHaApyKeHa y TUI0/a, HO B OOJIbIIIEM
KosinuecTBe (cM. TabJ1. 2)

Crpabusm

OIHOCTOPOHHMUIA MTO3

OIHOCTOPOHHMUI MTO3, KaK €AMHCTBEHHBII
TMepBUYHbIN npu3Hak b1

OIHOCTOPOHHUI MTO3, KaK €IMHCTBEHHBIN
TepBUYHBIN nipu3Hak BT

OIHOCTOPOHHUI MTO3, KaK TIEPBUYHBIN TP~
3HaK B 46 JIeT, MPeALIeCTBYOIINI ABUTATEIb-
HoMy aeduuuty; ¢ 58 et — GumarepaibHbI
xapakTep nro3a. bI1 nnarHoctupoBaHa B 48 JieT

IIT03, cTpabusm

TlepBuuHbIi OPTATEMOJOTUYECKUIT OCMOTP

(B 2,5 rona): MUHMMAJIbHBIN ABYCTOPOHHMIA MTO3
0e3 [J1a30ABUTaTeIbHBIX HAPYIIIEHW, MAOTIHSI
-7.75A u -8.75/1. B 4.5 rona: HapactaHUe MUO-
mau (-8.51 v -10/1), BeIpaXkeHHBIii TBYCTOPOH-
HUIA MTO3, I1a30/iBUTaTebHbIE PACCTPONCTBA,
[JIa3HOE THO — HopMa

JBYCTOPOHHMIA NTO3, Muomnus - 10/

Ito3: y 4 (33 %) 13 12 NOBBINICHHBI YPOBEHb
B CpaBHEHUM ¢ 6Aa30BOI1 MOMYJISLUEIA, N3 HUX

3 XXEHIIMHBIL; CPeTHUI Bo3pacT: 55 (47—63) ner;
MEPBUYHBIN CUMITOM Y 3 manreHToB. CHUXEH-
Hast GYHKIMS MBIIIIIBL, TTOAHUMAIOIIEH BEpXHEee
BeKO: Y 6 (50 %) u3 12; Koppesiysi ¢ ITO30M:
0,84, 9T0 yKa3bIBae€T HA MUOTEHHBII XapaKTep
nTo3a

IlTo3:y 1 u3z 22
JIBycTopoHHWMI TITO3: y | 13 22 (MyTarust

525delT)

JBycTOpOoHHUI NTO3: y 4 13 30

OIHOCTOPOHHUI MTO3: Y 6 U3 7

D3T: Het

D3T: Het

D3T: Het

D3T: HeT. BoipaskeHHBIN OYITb-
GapHBbIil TApaIny: bIXaTeIbHAS
HEI0CTATOYHOCTh, HAapYIICHUS
TJIOTAHUS

®3T: Her. JleueHue nTo3a
ONEePATUBHBIM ITyTeM (pe3eKIIUs
MBIIIIIEL, TOTHUMAIOIIEN BEPXHEE
BEKO)

®D3T: Her

D3T: na; 6e3 acdekra Ha NTO3
TocIie 2 Mec JieueHusI

D3T: na

®3T: ¢ Bo3pacra 4 Hejl.
OrnepaTUBHOE JIeYeHHE NITO3a
C XOPOIIUM PEe3yJIbTaToOM

®3T: na.

Cnycts 5 et u 11 mec neyeHust
CTaHIapTHOW 1030M1: yiyUlIeHne
JIBUTATEIbHOM U CepACYHOM Aesi-
TEJILHOCTH, MTO3 03 U3MEHEHMUIA,
B TOM 4ucCIie Ha (hOHE ABOMHOM
no3bl. [IpoBeneHo onepaTuBHOE
JIeUeHUE MTo3a

®3T: Het.

HacneacTBeHHbI aHaAMHe3:
OTCYTCTBHE BPOXIEHHOTO MTO3a
WJIU APYTUX BOBMOXHBIX (haKTOPOB
MPOBOLIMPYIOIIMX IITO3

D3T: na. [eHeTHYECKUIT aHATN3
(mst 17 u3 22 mauueHToB): OTCYT-
CTBHE KOPPEISILIUN MEXKIY TUTIOM
MYTALMK U IITO30M

D3T: na. BeipaxkeHHBIN MTO3,
He pearupyiormii Ha 3T

®D3T: na. BerkuBaeMocThb: 6oJiee
roma

MosiekysipHbIil aHaIu3 y S5 B3po-
cabix: *myrauus [IVS13T-G

B ajuiene y S uz 5

*mytanus 525delTy 2 uz 5
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IIpoonyxcenue madauyp 1

JIBycTopoHHuUI 1103: y 6 (46 %) u3 13

Prakalapakorn u coasr., 2014

(CILIA) [12] 13 nereit

Crpabusm: y 3 (23 %) u3 13.
Muornus: y 8 (62 %) u3 13.

D3T: na

ActurmaTusm: y 9 (69 %) us 13

Anagnostou u coaBr., 2014

(Fsonvs) 1] 5 B3pOCIIbIX

CakKa/ibl: TMHaMKKa TaKasi e, Kak ¥ B KOHT-
poibHO TpyTe (19 yenoBek)

D3T: MuaMYM 2,5 Tona

CuMITOMBI O(TATBMOTIATUYN COOTBETCTBYIOT TEHETH -
YEeCKUM XapaKTepUCTHMKaM TalueHTa. Tak, MyTaiuu,
BBISIBJICHHBIE Y B3POCJBIX IMAIlMEHTOB, UMEIOIINX TTO3
(myratmst 525delT, B orcyrcTBue myrtauum IVS13T-G),
AHAJIOTMYHBI TeM, KOTOPbIE, KaK IMPaBuIo, OOHAPYKUBAIOT
MpU MJIaJeHYeCKUX opmax 60Ie3HU.

o apsl ucnionbzoBanust 3T nTo3 y nereit onuchi-
BaJIM PEAKO B CBSI3U C MaJIOW TPOAOJIKUTEIHHOCTHIO
XKU3HU pebdeHKa, cTpajatouiero raukoreHo3m Il tuma.
®3T nmos3Boswia MPOCIeIUTh TeYEHUE U pa3BUTHE 0O-
JIE3HW U OOHAPYXUTh TaKMe OCJIOXHEHWs, KaK TTO3,
rmoTepsi Ciayxa, HapyIIeHUs TJIOTAaHUS U KOTHUTUBHBIN
neuuur.

COTpyIHUKYU NETCKOTO OT/AEJIeHUs YHUBEPCUTETA
Duke (CILHA) npocnenuu tedenue bIT Ha dhone @3Ty 30
JleTeil Ha TIPOTSDKEHUU HECKOJIbKUX JieT. B aToit rpymre
OosbHBIX y 4 feTeil ObUT OOHAapyXeH MTO3 (paccTosTHUE
MeXKJy IIEHTPOM 3payka v BepXHUM BeKoM < 2 MMm). JIBy-
CTOPOHHUIT NITO3, OoJiee BhIPAXXEHHBIN clieBa, pa3BUJICS,
Hecmotpst Ha nipoBeaeHne M3T. Takoe xe HabOMIONEHUE
TPEICTAaBICHO B MEHbIIIEH KOTOPTE OOJIbHBIX, CTPATAIOIINX
mianeHudeckoit popmotii BIT u momryyatomux G3T [§].

B myonmukammm, ocBSIeHHOM KoropTe U3 13 meTeit,
cTpagaroimx mianeHueckoit hopmoit bIT u monydaBimx
®3T, y 6 (46 %) naumeHTOB HAaOIIOAAJICST IBYCTOPOHHU A
nro3 [12].

Takke onucaH cirydaii ITo3a, KOTOPBII perpeccupo-
BaJ Ha (DOHE NBOWHOTO yBenmueHust 1o3upoBku DO3T,
y manuenTa 17 JeT, cTpagalonero aTuimmIHoi MiiageHve-
ckoit ¢gopmoii BIl, guarHocTupoBaHHOW B BO3pacte
9 mec. [Momumo cnabocTu CKENETHOW W BIXaTeTbHOU
MYCKYJIaTyphl, Y MallMeHTa HAOII01aJICs MEeIIJIEHHO TPO-
rPECCUPYIOLLINIA, ABYCTOPOHHUI, AMHAMUYHBIA NTO3.
Bbut mpoBeneH aHanM3 Ha aHTUTENIA K pellenTopaMm arle-
TWIXOJWHA ISl UCKJTIOUEHUST BOBMOXHOTO CHHAMTUYEe-
ckoro nedekrta MMacTEeHMYEeCKOTO TUTa, KOTOPBI OKa-
3aJicsl OTpULIATeIbHBIM. [10NBUXHOCTD TJ1a3HOTO s10710Ka
1 3paukoBbIii peduiekc Obutn B HopMe. C 13,4 rona nmaru-
enty npoBonuiiach 3T B no3upoBke 20 Mr/Kr Kaxabie
2 Hen. JleueHue He CHU3WIO, HO TTO3BOJIMJIO CTAOWIIN3U -
poBaTh Ie(PULINT CKEJIETHOM U IBIXaTEebHOW MYCKYJIaTy-
PBbI, TITO3 OCTaBaJICsI 0€3 AMHAMUKU. MBIIIEUHBIN CTATYC
MaryeHTa yXyIuIuics B TocjieqHue 2 roaa, u ObUIo TIpu-
HSITO pelleHre O JBYKPAaTHOM YBETWYEHUU NO3UPOBKU
npemnapata. B mocneayroinne 6 Mec yaydmmiiauch GyHK-

IIMOHAIBHBIE BOZMOXHOCTH CKEJIETHBIX MBIIIIL U YaCTUY-
HO perpeccupoBas nTo3 [ 14].

B cinyuae BIIl ¢ mo3gHuM 1e0G0TOM MTO3 SIBJSIETCS
MPU3HAKOM 00Jiee BhIPAKEHHBIX U3MEHEHUI B TEHOTUTIE
U yKa3bIBaeT Ha 6oJiee Tskenyto hopMy O0JIE3HU.

Tak, onucan ciyyaii BITy xeHimmHbr 45 neT, xapakTe-
PUBYIONIUIACS 3HAYNTEIBHBIM TIOPaXXeHUEM OyJIb0apHOit
MYCKYJIaTypbl U OMHOCTOPOHHUM TiTo3oM [4]. Umeercs
OMUCaHUE Cayyash Pe3eKUMU MBIIIIbI, TOIHUMAIOLIEH
BEpXHEe BEKO, MPU OJHOCTOPOHHEM TITO3€ Y KEHIIMHBI
33 ner, crpanaromeii BIT [5]. Vi3BecTHBI 1 npyrue NOKy-
MEHTUPOBAHHBIE OMMCAHUS OJHOCTOPOHHErO TITO3a
npu no3aHei dopme BIT [6, 7].

Bbutn TakXe BBISBIEHBI CIydal COYETAHUS ITO3a
U1 0TaTBMOIUIETUN Y B3pOCIIbIX, cTpanatoliiux bI1 ¢ mo3a-
HUM JIe0I0TOM.

HeszaBucumo OT Bo3pacra ManuveHTa WU B OTJIUYUE
oT npyrux cumnToMoB BIT (CHMXXeHUe CUJbl CKeJIeTHOM
U NIbIXaTeIbHOW MYCKYJIATyphl), CO3/IaeTCsl BIieYaTIeHUe,
YTO TTO3 HE YYBCTBUTEJIEH K «CTAHIAPTHOI» MO3MPOBKE
®3T [8, 11]. JlaHHOE OTIMUME MOXKET OOBSICHSITHCS PA3Ty-
HOW CTPYKTYPOI1 MBIIIIEUHBIX BOJIOKOH MBIIIIIBI, TOTHUMA-
IOIIIell BepXHee BEKO, M CKeJIeTHBIX MbIiil. [1To3 Takke
MOXeET OBITh CJIEICTBUEM TIOPAXKEHUSI TIMKOTEHO30M 1I€H-
TPaJIbHOM HEPBHOI CUCTEMBI, 3aTPArvBaIOIIETO, K TTPUMEDY,
siipa 3-11 Tapbl YeperHbIX HEPBOB B cpeiHeM mo3re [11].

Cmpabusm

HecMmotpst Ha TO, YTO HaKOIUIEHWE TJIMKOTeHA U BaKy-
OJTbHAST MUOTIATHST OMTHOBPEMEHHO HAOJIONAIOTCS Y B MBIIII -
11e, TTOMHMUMAIONIEN BEpXHee BEKO, U B DKCTPAOKYISIPHBIX
MbIiax, mro3 mpu bIT BctpeyaeTcst ropas3mno vaiiie, 4em ciy-
yau CcTpabu3Ma. DKCTPAOKYJSIPHBIE MBIIIIIBI, TaKXKe
KakK U CKeJIETHBIE, SIBJISTIOTCSI TIOTIEPEYHO-TIOJIOCATBIMU U CO-
CTOSIT U3 MBIIIIEYHBIX BOJIOKOH MEHBIIIETO TMaMeTpa C MEHb-
IIAM TIPOLIEHTOM WHHEPBUPYIOIINX HEPBHBIX OKOHYAHMIA
Ha | KoHKpeTHYI0 MBIy, COKpaleHne 9KCTPAOKYISIPHBIX
MBIIIILL TTPOUCXOIUT OBICTPEE, YeM CKeJIeTHBIX MBI, JlaH-
HbIE CTPYKTYPHBIE U (DYHKIIMOHAIbHBIE OCOOEHHOCTH MOTYT
OOBSICHSITH OOJIBIIYIO YACTOTY BCTPEYAEMOCTH TITO3a B CPaB-
HeHuu co crtpabusmom mpu BIT [8]. B uccnenoBanum
13 nereii ¢ mmanenveckoii hopmoit BIT u momywatormx O3T,
y 3 (23 %) Habmonascst ctpabusm [12].

Jlpyeue eaaznvie cumnmomol

* Mwuonus u acturmMatusMm. B yrnoMsHyTOM BBIIIIE
ncciemoBaHuM 13 mereii ¢ MiameHYecKoil (popmoit BIT,
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Puc. 1. Dxcmpaokyasproie moluiybl npagoii opobumel: 1 — cocyoucmoe konb-
yo Llunna; 2—6, 8 — enasodeucamenvhvie mvludupl; 7 — 010K 8epXHEOUCANb-
HO20 yena enasnuupl; 9 — muluya, noOHUMaWas eepxtee éexo. Pucynox
cocmaenen Edelhart Kempeneers (Gray’s Anatomy), docmynen no adpecy:
http://commons.wikimedia.org/wiki/ File: Eyemuscles.png

y 8 (62 %) obHapyxena muonus, y 9 (69 %) — acturma-
™3Mm [12].

« Cakkanpl. CakKajbl SIBJISIFOTCS OBICTPBIMU M YETKH -
MU JIBIDKEHHMSIMM TJIQ3HBIX SIOJIOK, MPOBOLIMPYIOIINMU
n3MeHeHne (pUKcauu B3opa Ha rnpeamere. JuHamuka
cakkal M3y4yeHa Yy 5 MalMeHTOB, CTPAJalolIMX MMO3IHEN
dopmoit BIT, u corocraBieHa ¢ JaHHBIMU Y 3[0POBBIX JIMLI
TOrO Xe Bo3pacta. HUKakux pasinduii B aMIUIATYIE, CKO-
POCTH ¥ MAKCUMAJIbHOM [UTMTEIbHOCTH CaKKal He 0OHa-

pyxeHo [13].

[laHHble rucmoNoruYecKux npenapamos 3pUmenbHoOro

annapama

Tucronornuecknii aHajn3 OMOMTATOB 3PUTEIBHOTO
armapata ripu bIT mpoBoawics ¢ UCTIONb30BaHUEM OTITH -
YECKOI U BJIEKTPOHHOW MUKPOCKOITUY a0OPTUBHOTO Ma-
Tepuaia 1ioaa (B pesysbraTe caMOTIPOU3BOJIBHOTO WU
TEeparneBTUIEeCKOro NMpepbIiBaHNsI OEPEeMEHHOCTH, CBSI3aH-
Horo ¢ BII), ayroncuii neteit U B3pOCJbIX MALUEHTOB,
crpanasimx bI1, a Takske rJ1a3HBIX MBI, Pe3eIUPOBAH-
HBIX B paMKaxX OTIEPaTUBHOTO JIEUEHUSI cTpabu3mMa neTeit
¢ BIT (Ta6m. 2).

Maaodenueckas (unpanmuavnas) popma bIT

B cityyae mnanenueckoii dopmel bIT oTinoxeHus riu-
KoreHa ObUTM OOHAPYKEHBI IOYTH BO BCEX TTTA3HBIX TKAHSIX
32 UCKJTIOYEHUEM TTMTMEHTHOTO dIUTENNS ceTyatku. [lep-
BOE TMCTOIATOJIOTUYECKOTO UCCIIeIOBAaHNE TIPU TTOMOIIIN
ONTUYECKON MUKPOCKOIUM OBbIIO MpoBeaeHOo B 1965 T
y TIAIMEHTKU B BO3pacTe 5 Mec, CTpajaolieil Kiaccuie-
ckoit mnanenuyeckoit dopmoii BIT, ymepieit B pesysisrare
JIEKOMTIEHCAIINY CepIEUHON AeATEIbHOCTU 1 OPOHXOTTHEB-
MoHuH. [McToOTNYeCcKOe UCCIIEIOBAHNE BHISIBUIIO BAKYO-
JIU3AIUIO0 Y CKOIJICHUS TJIMKOTEHA B 9KCTPAOKYJISIPHBIX
MBIIIIIAX, B [JIAIKOW MyCKYJIaType PeCHUYHOTO Teja U pa-
JTy>KHO# 000JIOUKHU, SHIOTEINATIBHBIX KJIIETKAX POTOBUIIBI,
TaHTJIMOHAPHBIX KJIETKAX U KJieTkax MioJuiepa B ceTyaTke,
a TakKe B MepULInTax KarmuuisipoB cetyatku [18].

_

9
10

Puc. 2. Carou cemuamku: 1— eHympeHHAs noepanuuHas memopana; 2 — caoii
B0/N0KOH 3PUMENbHO0 Hep8a; 3 — CAOll 2AHeNUOHAPHBIX KAemOoK, 4 — @HY-
MpeHHUi CnaemeHuesuUoHblil CA0i;, 5 — 6HYMPEHHUI 3ePHUCMbLI CAOlL;
6 — HapyJICHbLIL ChAemeHUeBUOHbLIL CA0IL; 7 — HAPYICHbLI 3ePHUCTbLI CAOU;
&8 — HapycHas noepanuunas memopana; 9 — caoii pomopeyenmopos (na-
A0uKU U Koa00ouku); 10 — nuemenmmusiii caoii. Pucynok docmynen no adpecy:
https.//ru.wikipedia.org/wiki/Cemuamka

IMpu momMomIM 3IEeKTPOHHON MUKPOCKOIUU ObLIN
WCCIIeAOBaHHI IJ1a3a Iioaa, crpamaromiero bIT, Ha 22-i1 [2]
u 16-ii [16] Henmensix rectauyu. OGIIMPHBIE CKOTUICHUS
TJINKOTEHA B JIM30COMax ObUTM 0OHAPYXKEeHBI BO BCEX IJ1a3-
HBIX CTPYKTYpax 3a UCKITIOUEHNEeM ITUTMEHTHOTO SITUTENINS
CETYaTKHU.

OmnucaHo UcclieT0BaHUE CeTYaTKU MalueHTa 9 mec,
crpanatotniero bIT [3]. ABTopbl 0OTMEUAIOT TU30COMATThb-
HbIe CKOTUIEHUSI TIMKOTeHA B TAHTJIMOHAPHBIX KJIETKAX,
B KJIETKaX BHYTPEHHETO SIICPHOTO CJIOSI U BHYTPEHHEM
cermeHTe (hOTOPEIIENITOPOB ceTuyaTku. B obmactu mur-
MEHTHOTO JIUTEJINSI CEeTUYATKU CKOTUICHUSI TIIMKOTEHA
He OOHAPYXEHHI.

OnTryeckoe MUKPOCKOTTMYECKOE NCCIeTOBAaHNUE Op-
raHa 3peHus] yMepIlero nanueHta | roga, cTpagaBIIero
BIT u nmonyuasurero B TeueHue 4 mec M3T [8], BoIsiBUIIO
BaKyOJIbHYI0 MUOIMATUIO B TJIAJKUX MBIIIIAX PagyXKU,
PECHUYHOTO TeJla M KPOBEHOCHBIX COCY/IaX CKJIephl. ABTO-
pPBl OTMEYAIOT HaJIMYME BaKyOJM3allMd ITMTMEHTHOTO
SMUTENIUS PAIYKKW, 3HAUUTEbHON BaKyOJIU3alluu 31 -
TEIMATLHBIX KJIETOK XPYCTaJInKa U BaKyOJTbHO MUOTIAaTUH
9KCTPAOKYJIIPHBIX MBI (MIPSIMbIe BEPXHUE MBIIIIIIHI
U KOCHI€ MBIIIIIIHI).

Dopmut BII ¢ no3onum debromom

CrereHb HAKOTUJIEHUSI TJIMKOTeHA U BaKYOJIbHO MUO-
MaTUM B OKYJISIPHBIX CTPYKTYpax npu ro3aHeit opme BIT
BapbUpYeT B 3aBUCUMOCTH OT BBIPaXKEHHOCTU 3a00JieBa-
Husi. [lomoOHasi BapuaGeslbHOCTh B THUCTOJIOTMYECKUX
mperapaTax Moria Obl OOBSCHUTH (DAKT MPUCYTCTBUS
1TO3a JINIIIh Y HEKOTOPBIX TTAIIUEHTOB [§].

VY nauuenTa 61 roga, cTpagalolIEro mo3aHei popmoii
BII, npu nomouu oNnTUYECKO MUKPOCKOITUU ObLIO BbI-
SIBJIEHO 3HAUUTETHbHOE KOJTMYECTBO BaKyoJiell B 9KCTPAO-
KYJISIPHBIX MBITIIAX. DJIEKTPOHHAsI MUKPOCKOTIUSI OOHA-
pyXwia 3aMellieHue MUO(GUOPUIT ITUX  MBIIII]
MHOXECTBEHHBIMU BaKyOJISIMU, COACPKAIIUMU TIIMKOTeH
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Toussaint u coasr.,

1964 (benbrusi) [15]

Smith u coasr., 1972

(CHIA) [1]

Libert u coasr., 1977

(Benbrus) [2]

Libert u coasr., 1977

(Benbrus) [2]

Goebel u coabr., 1978

(Tepmanus) [3]

Pokorny u coaBr., 1982

(CLLIA) [16]

van der Walt u coaBr.,
1987 (Tepmanus) [17]

Yanovitch u coaBr.,
2010 (CIIA) [8]

Yanovitch u coaBr.,
2010 (CILIA) [8]

Chien u coaBr., 2014

(TaiiBaub & CIIA)
[10]

JleBouka, 5 Mec

Manbuuk, 3 roga

Inox, 22 Hen

Mainbuuk, 4 Mec

Manbuuk, 9 mec

Iion, 16 Hen
(TepareBTUYECKOE
npepbiBaHue Oepe-
MEHHOCTH TI0CJIe
aMHUOIICHTEe3a)

MyxunHa, 61 Tom

JeBouka, 1 rom, ym.

(reuenne ®3T B
TeyeHue 4 mMec)

Bspocbrii, 60 et
(ayroricust)

Manbuuk, 7 net

[1azonBUTaTETHHBIC MBIIIIIBL: BAKYOJIU Y CKOTUICHUS TIMKOTEeHA.

[tankuie MBILIIBI PECHUYHOTO TeJjla U Pafy>KHOI 000JI0UKM: aHAJIOTUYHbIE U3MEHEHUSI.
Porosuia (aHm0TeIMATBHBIE KJIETKH): aHAIOTHYHBIE M3MEHEHWSI.

CeryaTKa (raHIJIMOHAapHBIE KJIETKU U KJIeTKU MIojiepa): aHaJOrMYHbIe U3MEHEHMSI.
Kammmisipsl ceTyaTku (TIEPUITUTHI): aHATIOTMYHBIE N3MEHEHMST

[1azonBuraTeIbHBIE MBIIIIBI (HI/I)KHSIH Kocas MLIH_II_[a)Z TJIMKOTEH B MUOLIUTAX, SHOAOTCINN
KaruuIsApoB U IIEPUIIMTAX KOHBIOHKTUBBI

[l1azonBuraTebHbIE MBILILBL: 3HAYUTEIbHBIE CKOIIIEHUSI ITTMKOTeHa B JIM30COMax
JInzocoManbHbIi IIMKOTEH +++ (32 MCKIIIOYEHNEM MTUTMEHTHOTO STUTEIIHSI CETYATKH).
CkJiepa: CKJIepOLUTHI.

KOHBIOHKTHBA: SHIOTEINI KaUUISPOB, (hrUOpo0IacThI.

PoroBuiia: KepaToLUThI, SMUTENUI U SHAOTEIMA.

XpycTajlvK: STUTETUN.

PecHuuHOe Teno: anmuTenuii.

DHIOTENNI KaWLISIPOB COCYANCTOM 000JIOUKH I71a3a U CeTYATKH.

Dubpob1acThl KOHBIOHKTUBBI, PaLy>KHOM 000J0UYKU, XOPHOUIEH.

CeryaTKa: raHIJIMOHAPHBIE KJIETKHU, KIeTKr Mioyiepa, hoTopenenTophl.
3pUTeNbHBIN HEPB: MTMAIbHbIE KIETKU

KOHBIOHKTMBA: CKOTUIEHMSI IJIMKOTEHA B JIM30CcOoMax (YJIBTPACTPYKTypa COBIagaeT ¢ OOHapyKeH-
HOU y Tu1o1a 22 Hell, HO B 00JIbIIIEM KOJUYECTBE

CeTyarKa: CKOIIIEHUS JTM30COMATbHOTO TJIMKOTEHA ITOYTH BO BCEX THITaX KJIETOK (3a UCKIIOUe-
HUEM KJIETOK [TUTMEHTHOTO SIUTENNsI): TAHIIMOHAPHBIE KJIETKH, KJIETKA BHYTPEHHETO HyKJieap-
HOTO cJ1081, (hOTOperIeNnTOPBl BHYTPEHHETO CErMEHTa.

Xopuouesi: CKOTUIEHUS IIMKOTeHa 1 TUModyclinHa B Makpodarax

3HauMTeNbHbIe CKOIJIEHUSI INIMKOre€Ha B IJ1a30/IBUraTeIbHBIX MBIIILIAX U CTPYKTypax Ia3a
(KOHBIOHKTHUBBI, POTOBUIIBI, PALY>KHOI 000JI0YKU, XOPUOUIEHN) 32 UCKITIOUEHNEM TUTMEHTHOTO
SIUTEINS PALyKHON 000JIOUKH U CeTYATKHU

[1azomBUTaATEILHBIC MBIIIIIBL: BAKYOJIN +++; MUODUOPUILTB 3aMEIIIeHbI OOJIBITUMU CKOTIIICHU -
SIMM OYEPUYEHHBIX BaKyOJIeil, COIePXKallIMX ITTMKOTEH U APYrre 6eCCTPYKTYPHBIC YaCTULIBI

[1azoaBurareibHble MbILILbI (BEPXHSIS MPsIMasi U KOcasi, C 2 CTOPOH): BaKyOJIbHasi MUOTIATHSI.
[tagkue MBIIIILBI pagy>kKHON 000JI0YKH, LIMJIMAPHOTO TeJIa: BAKYOJbHAsS MUOIATHS.

Bakyosii B TUIMEHTHOM 3IUTEIMU PaLyKHOM 000JI0UYKHU, SMUTETUOLIMTAX XPyCTaTIMKa.
CKoTUIeHUS TIMKOTEHA B CKJIEPE U COCYIaX CKIIEPhI

[tazonBuTaTETHLHBIE MBIIIIIBL: OTCYTCTBUAE CTPYKTYPHBIX NU3MEHEHMUI, CKOTUIEHUI TIMKOTeHA

PesenpoBaHHas Mblliilia, MOAHMMAOLIAS BEKO (XMPYPTUYECKOe JeUeHe cTpabu3mMa): MbIIIey-
HbIe BOJIOKHA B OCHOBHOM 3aMeIleHbI BAKYOJISIMH, HEKOTOPbIE BAKYOJIU MPOI0JITOBATON (DOPMBI,
SITPO LIEHTPAJIM30BaHO B PE3UIyaIbHBIX BOJIOKHAX

[1asomgBurateibHble MBI, MBIIIIbI IAIUAPHOTO TeJa, MIaJAKKUe MBILILBI paaykKHOI 000104~

Mainbuuk, 7 Mec
JHeBouka, 1 rox

JleBouka, 21 mec
(mommyuana ®3T)

Prakalapakorn u co-
aBT., 2014 (CLLA) [12]

KW: BaKyOJIbHasI MUOITATHS.

POFOBI/ILlaZ CKOIIJICHU S TJIMKOT€HA B SHOOTCINU.

CeryaTKa: CKOTUICHUS TIIMKOTeHA B TAaHTJIMOHAPHBIX KJIETKaX.
XpyCTaJII/IKZ CKOIIJICHUS TJIMKOTC€HA B SMUTCINU

U Jpyrue, He CTPYKTypUpPOBaHHbIE BJeMeHThl [17].
IIpu 3TOM y Apyroro B3pOCIOro mauMeHTa C MO3IHeN
dopmoii BIT HUKaKKUX U3MEHEHU B TJIa3HBIX CTPYKTypax
MPU ONTUYECKOW MUKPOCKOITUY HE BBISIBJIECHO.

3arniueHue

ITocae mosBernust @3T BELKMBAEMOCTH ITAIIEHTOB
¢ muaieHueckoii hopmoit BIT crana peanbHOCThIO. B CBSI-
31 C yBEJMYEHUEM MPOIOKUTEIbHOCTU XHU3HU JTaHHBIX
MalueHTOB MOSIBUJIACh HEOOXOAMMOCTb B IMHAMUYECKOM
o0cJienoBaHUM opraHa 3peHusi. KoMIjiekcHoe BeaeHue
i, ctpamaromux bIT, ocobeHHO MiameH4YecKoi dop-

MOIi, TpeOyeT BKITIOUEHUSI B TIepeUYeHb PEeTYISIPHBIX MPO-
ueayp odranpmonornyeckoro ocmorpa [19]. Heodxomu-
MO TIOBBIIIATh UH(MPOPMUPOBAHHOCTH O(TAIHMOJIIOTOB
O 4YacThIX clydasx MTO3a, MUOMUU W aCTUTMATHU3Ma
y nereii ¢ BIT, monyuatonux @3T. [1epeunciaeHHbie co-
CTOSTHUS SIBJISIIOTCS TIOTEHIIMATbHBIMU (DaKTOpaMu pu-
CKa, TIPUBOSIIIINMU K CIIETIOTE, KOTOPYIO MOXKHO TIPeIo-
TBpaTuTh [12].

Odranbmonornueckie CUMITOMBI TIPU MO3AHEH Gop-
Me DBII Takxe 3aciayXkuBarOT BHUMaHUS. B HEKOTOPBIX
CJTyyastXx OHU MOTYT OBITh TMIEPBBIM MTPU3HAKOM 3a00JIeBa-
HUSI ¥ TIPE/IIIECTBOBATH CJIA00CTU CKEJIETHOM MYyCKYJIaTy-
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pol [6, 11]. B cBsI3u ¢ MOBCeMeCTHOI BCTPEYaeMOCThIO
JINKOTEHA €ro HAaKOIUIEHUWE B XPYCTAJUKE U CETYaTKe
MOXET MPUBECTU K KaTapakTe U AUCHYHKIIUU CETIYATKM.
TpebyeTcs mpoBeeHNE JOTOJHUTEIbHBIX UCCIEAOBAHUN
U1 TOHUMAHWS TMPUYUHBI [Ia3HOU CUMIOTOMATUKU

npu BII, a Takke ee muHamuku Ha hoHe D3T m apyrux
WHHOBAIIMOHHBIX TepareBTUYECKUX moaxonoB. Corpyn-
Hu4decTBO LleHTpa oOpaliieHns1 HEPBHO-MBIIIIEYHBIX O0JTb-
Hbix U LleHTpa obpaleHus: peakux 6oae3Hel B opTaib-
mosorun (OPHTARA®*) O6b110 ObI BBICOKO OTIPaBIAHO.
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